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Familial angiolipomatosis is a rare inherited disease mainly diagnosed in the adult stage. It is usually
inherited in an autosomal recessive manner; however, some cases of autosomal dominant mode of in-
heritance have been reported. The disease may be misdiagnosed as neuroﬁbromatosis type I in some
cases due to the similar feature of multiple subcutaneous soft masses. However, familial angiolipoma-
tosis is not associated with malignant tumors and it is very important to distinguish these two condi-
tions. We report here the rare case of a subcutaneous mass that was composed of fat tissues and some
ﬁbrous tissue with small venous vessels and capillaries in an 8-year-old boy whose father also has a long
history of generalized multiple angiolipomas. These facts strongly suggest that the patient suffers from
familial angiolipomatosis and careful follow-up is needed in the future.
 2015 The Authors. Published by Elsevier Inc. This is an open access article under the CC BY-NC-ND
license (http://creativecommons.org/licenses/by-nc-nd/4.0/).Familial angiolipomatosis is a rare disease inherited in an
autosomal recessive or dominant manner [1e4]. The presence of
multiple subcutaneous masses is its main symptom and they are
benign angiolipomas conﬁrmed by local excision and pathological
analysis. The disease is usually diagnosed in the adult stage and is
rarely noticed in childhood [5]. We report an 8-year-old boy with a
small subcutaneous mass in his left upper arm. The mass was
surgically excised and histologically it was revealed to be
composed of fat tissues and some connective tissue with ﬁne
capillaries and venous vessels. His father has a long history of
multiple subcutaneous masses, some of which had been excised
and diagnosed as angiolipoma and we ﬁnally diagnosed our pe-
diatric patient with familial angiolipomatosis.
1. Case
An 8-year-old boy was referred to our institute for the
treatment of a small subcutaneous mass in his left upper arm.þ81 3 3416 2222.
ori).
Inc. This is an open access article uThe mass was very small, about 5 mm in diameter, and had
an angular shape. It had the appearance of a calcifying
epithelioma. No other subcutaneous mass was detected by
whole body examination. The patient’s father has had a long
history of multiple subcutaneous masses in his body and
extremities. Some of them were excised in the past and
pathological examination revealed that the masses were
angiolipomas (Fig. 1). No other relatives on the patient’s fa-
ther’s side and mother’s side had the same symptom. Based
on this family history, we judged that the small subcutaneous
mass in our patient should be excised and analyzed, and we
scheduled surgery to resect the mass under general anes-
thesia. The mass was situated among subcutaneous fat tissue
and was resected completely. Pathological examination
showed that the mass was composed of fat tissue and ﬁbrous
connective tissues that contained many capillaries and venous
vessels (Fig. 2). There was no thrombosis in the ﬁne capil-
laries; this ﬁnding is not typical of angiolipoma. The palpable
mass was very small and had a sharp edge, which is not
typical of a simple lipoma. Considering these ﬁndings and his
family history, we clinically diagnosed the mass as an
angiolipoma with familial inheritance. Currently, the patient is
being followed at the outpatient clinic for any new lesions
that may appear.nder the CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).
Fig. 1. Specimen of a subcutaneous mass that had been obtained from the patient’s
father in the past shows that the mass was well-circumscribed and proliferation of
vascular channels between mature adipose cells was observed (H.E. stain).
Fig. 2. Specimen of the subcutaneous mass from our patient shows proliferation of
eosinophilic ﬁbroblastic cells among mature adipose cells (H.E. stain).
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Familial angiolipomatosis is a rare disease that is inherited in an
autosomal recessive or dominant manner [1e4]. In most cases,symptoms appear in the adult stage, but in some cases a subcu-
taneous mass appears in childhood [5]. In some patients symptoms
may appear during childhood as in our case, although the mass was
very small in our case and might be overlooked in many cases. It
was reported that there were multiple subcutaneous masses in
patients with angiolipoma and their size was variable from a few
millimeters to more than 10 cm. Such symptoms are sometimes
mistaken as neuroﬁbromatosis type I [1] and it is very important to
differentiate these two diseases because malignant tumors occur in
a high percentage of patients with neuroﬁbromatosis type I and
more intensive follow-up is needed. On the other hand, in familial
angiolipomatosis the masses are always benign lesions and this
disease is not associated with malignancy. The treatment strategy
for familial angiolipomatosis is observation once the diagnosis is
obtained, but large masses sometimes cause pain and restriction of
movement in the extremities. In such cases, aggressive resection of
the benign tumors is recommended and Kanter and Wolfort re-
ported liposuction of the tumors via a small operative incision [6].
In our case the patient was 8 years old and the symptoms
occurred at a younger age than usual. Considering his family history
and early occurrence of the symptom, it is strongly anticipated that
other subcutaneous lesions will appear in the future. We now
consider the lesion as familial angiolipomatosis clinically although
only one subcutaneous lesion has been observed to date and it did
not have the typical histological characteristics of angiolipoma.
Careful follow-up is needed in this case in the future.
3. Conclusion
Familial angiolipomatosis is a rare disease and it is especially
rare to manifest the symptoms in childhood. The symptoms of the
disease are quite similar to neuroﬁbromas seen in neuroﬁbroma-
tosis type I but in familial angiolipomatosis the subcutaneous mass
is always benign lesion, whose character is quite different from the
neuroﬁbromatosis and we must be careful to differentiate the two
diseases.
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